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Fig. 1. General appearance of the malformation in the 
frontal view. 1, Superior vena cava; 2, inferior vena cava; 
3, left superior vena cava; 4, malaligned atrial septum and 
ostium primum defect. 
restrictive and accounts for elevation of lefl atrial pres- 
sure. In aceordance with Carpentier and colleagues, 5 
when the papillary muscles are basically normal, congen- 
ital mitral valve stenosis may be due to papillary muscle 
commissure fusion, excess valvular tissue, hypoplasia of 
the anulus, or supravalvular ring. In this case, the supra- 
valvular ing was incomplete, and most of the stenosis was 
due to the overriding restrictive ostium primum. 
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CONGENITAL TOTAL ABSENCE OF THE PERICARDIUM: CASE REPORT OF A 72-YEAR-OLD 
MAN AND REVIEW OF THE LITERATURE 
Ayman J. Hammoudeh, MD, Michael E. Kelly, MD, FACC, and Haroutune Mekhjian, MD, FACS, FACC, 
Paterson and South Orange, N.J. 
Congenital absence of the pericardium (CAP) is rarely 
encountered uring clinical practice. Most patients re- 
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main free of symptoms, and the diagnosis is made intra- 
operatively or at postmortem examination. 1 Some cases 
have been diagnosed by various imaging techniques, rang- 
ing flora plain x-ray films to nuclear magnetic resonance. 
We report the case of a man with coronary artery disease 
(CAD) who underwent stress thallium scan. The scinti- 
graphic images showed abnormal eft ventricular (LV) 
orientation and levorotation. Intraoperatively, CAP was 
diagnosed. 
Case report. This 72-year-old man with hypertension 
reported episodic hest pain, dyspnea, and palpitations for 
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F ig .  1 .  Twelve-lead electrocardiogram from patient illustrating sinus bradycardia, right axis deviation, and 
clockwise rotation of QRS complexes in precordial leads. 
about 20 years. Coronary angiography and cardiac 
catheterization i  May 1993 revealed triple-vessel CAD 
and mild aortic stenosis. Because the major coronary 
lesions were mostly distal in location, medical manage- 
ment was undertaken. Chest pain recurred 2 months 
later and stress thallium scan was recommended. Pre- 
exercise examination revealed a blood pressure of 
140/60 and a heart rate of 58 beats/min, and the cardiac 
apex was shifted to the left with an ejection systolic 
murmur at the left sternal border. The electrocardio- 
gram (Fig. 1) revealed sinus bradycardia, right axis 
deviation, left posterior hemiblock, and QRS complex 
clockwise rotation. The patient exercised for 6 minutes 
(modified Bruce protocol) and achieved a highest exer- 
cise level of 1.7 mph at 5% grade for 3 minutes during 
which he had angina. The blood pressure dropped from 
170/70 to 150/60 before he reached 85% of age-pre- 
dicted target heart rate. No electrocardiographic 
changes were noted: Thallium-201 was injected 45 
seconds before exercise termination and imaging was 
done immediately and 4 hours later in the anterior and 
40- and 60-degree left anterior oblique views. The 
scintigraphic images showed cardiac levorotation and 
abnormal LV orientation with no increased lung uptake 
or LV dilation. Delayed tracer uptake was noted in the 
anterolateral wall. 
On the basis of the poor effort tolerance, angina, and 
failure to sustain blood pressure the patient was re- 
ferred for coronary artery bypass grafting. Intraopera- 
tively, the heart was displaced to the left hemithorax 
with total absence of the pericardium. There was severe 
CAD with a left main coronary artery ostial lesion and 
a heavily calcified aortic valve with sclerotic leaflets and 
anulus. A large lingula and right lung aecessory lobe 
were noted. Triple saphenous vein graft bypass and 
aortic valve replacement with a Carpentier-Edwards 
porcine valve (Baxter Healthcare Corp., Santa Ana, 
Calif.) were done. 
Discussion. Four decades after Columbus reported the 
first case of CAP in 1559,1 Ellis, Leeds, and Himmelstein, 2 
in 1959, described the roentgenologic sign of left-sided 
pericardial absence. CAP takes place in the eighth embry- 
onic week when premature atrophy of the left common 
cardiac rein (Cuvier's duct) compromises the blood sup- 
ply to the pleuropericardial membrane with subsequent 
formation of various degrees of CAP. 1 Complete or 
almost complete CAP is more common than partial 
pericardial defects. 3 The loss of adequate cardiac support 
may explain the chest pain and palpitations. Shortness of 
breath and syncope are other potential symptoms. 4,5 
Although partial pericardial defects are potentially lethal 
because of myocardial herniation and incarceration i the 
young, 6 total äbsence of the pericardium can remain 
asymptomatic and can be compatible with long life. To 
out knowledge, CAP was reported only in one patient (77 
years old) older than ours. 7 
Patients with absent left pericardium have a leftward 
cardiac apex shift with systolic murmur. The electrocar- 
diogram typically shows the same findings seen in our 
patient. 8 On chest x-ray film, the heart is shifted to the left 
hemithorax with a large pulmonary trunk. 9 The old diag- 
nostic procedure of inflicting a left-sided pneumothorax to 
outline the pericardium 1°is now obsolete because of the 
availability of echocardiography, computed tomographic 
scanning, and nuclear magnetic resonance imaging. 9,11, 12 
CAP is associated with other cardiac and pulmonary 
anomalies in about 30% of the cases. 
CAP should be suspected when myocardial perfusion 
sclntigraphy shows abnormal cardiac position and LV 
orientation. 
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INTENTIONAL DELAYED REPAIR OF ACUTE DISSECTION OF THE ASCENDING AORTA 
COMPLICATED BY STROKE 
William Piccione, Jr., MD, Ian N. Hamilton, MD, and Hassan Najafi, MD, Chicago, Ill. 
It is generaUy accepted that patients with acute dissec- 
tion of the ascending aorta require urgent surgical recon- 
struction. However, the optimal treatment ofpatients with 
acute ascending aortic dissection complicated by stroke 
remains controversial. 1 The group at Stanford has sug- 
gested that stroke does not negate urgent surgical inter- 
vention, whereas others consider stroke a relative, if not 
absolute, contraindication to surgery. 
We report the case of a 42-year-old man with pheno- 
typic features of Marina's syndrome who was taken to a 
suburban hospital with anterior chest pain and an acute 
left hemispheric cerebrovascular accident manifested by 
right hemiplegia and dysarthria. Magnetic resonance 
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scanning confirmed the presence of an ischemic left 
hemispheric infarct. Carotid noninvasive assessment dern- 
onstrated thrombosis of the right earotid artery along with 
an intimal flap in the left carotid artery. Computed 
tomography and magnetic resonance scanning confirmed 
the presence of an ascending aortic dissection involving 
the arch with extension into the brachiocephalic vessels 
(Fig. 1). The patient was transferred to our facility for 
emergency surgery. 
On arrival in our institution the patient had a dense left 
hemispheric deficit with dysarthria, flaccid paralysis of the 
right leg, and severe weakness of the right arm. He was in 
hemodynamically stable condition with no right carotid 
pulse and mild aortic insufficiency by echocardiogram. 
The electrocardiogram showed no abnormalities. 
Because of the patient's evere neurologic insult and 
hemodynamic stability, we elected to delay surgical inter- 
vention. He was treated with antihypertensive drugs and 
B-adrenergic blockade. He subsequently underwent phys- 
ical therapy, with a marked recovery of motor function. 
